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Vascular EhlerseDanlos Syndrome (EDS) is a rare autosomal dominant condition resulting from a defect
in type III procollagen synthesis. This causes the development of severe vascular pathologies, including
arterial rupture and pseudoaneurysm formation. We present a case of a young boy previously diagnosed
with vascular EDS due to a Gly975Val substitution in the collagen a1(III) chain presenting with
a common femoral artery dissection secondary to minimal trauma. This was managed conservatively
with serial duplex scans and gentle mobilization. At follow up the patient had returned to normal
activities, with MRA and duplex scans showing complete resolution of the dissection.
 2011 European Society for Vascular Surgery. Published by Elsevier Ltd. All rights reserved.Introduction
EhlerseDanlos Syndrome (EDS) describes a heterogeneous
group of genetic disorders affecting collagen synthesis. Previously,
these were classiﬁed into 10 distinct groups, however, more
recently these have been re-classiﬁed into 6 major types, the Vil-
lefranche Classiﬁcation.1
Vascular type describes a defect in the synthesis of type III
procollagen. Its diagnosis is suggested clinically and conﬁrmed by
molecular testing, looking for mutations of the COL3A1 gene.
Vascular EDS is the most severe form, resulting in reduced life
expectancy secondary to severe vascular complications.Case Report
A 12-year-old boy presented to the accident and emergency
department. The previous night he had been on the sofa, gently
moving his legs from side-to-side, performing hip abduction and
adduction, when he suddenly felt pain in the right groin, followed
by swelling.
His past medical history included easy bruising at a young age,
following which he was extensively investigated. Noingh).
ciety for Vascular Surgery. Publishehaematological cause was found and a clinical diagnosis of vascular
EDS was made, this was later conﬁrmed by molecular genetic
testing.
Analysis of genomic DNA identiﬁed a heterozygous c.2924G>T
mutation in the gene encoding the collagen a1(III) chain (COL3A1)
which is predicted to replace the glycine at position 975 of the
triple helix domain with a valine. This mutation has previously
been reported to be associated with vascular EDS.2
On presentation, his observations were normal, with unre-
markable cardiovascular, respiratory and abdominal examinations.
However, there was a small area of bruising on the medical aspect
of the right groin and his right femoral pulse was weak, compared
to the left. Both his feet were warm and well perfused with
a capillary reﬁll time of less than 3 s. Ankle brachial pressure index
measurements were 1.0 bilaterally. The right leg was neurologically
intact, with normal movement and sensation.
An MRA demonstrated a small dissection in the right common
femoral artery (Figs. 1 and 2). The following day, the bruising in his
right groin had spread and this was accompanied by a decrease in
his haemoglobin concentration from 12.4 g/l on admission, to
11.0 g/l. The leg remained warm and well perfused.
In light of his stable clinical condition and the known high risk of
complications he was managed conservatively with strict bed rest,
TED stockings and serial duplex scans. The peak systolic velocities
at the dissection can be seen in Fig. 3, with higher velocities sug-
gesting a greater degree of stenosis.d by Elsevier Ltd. All rights reserved.
Figure 1. MRA showing dissection of right common femoral artery.
Figure 2. Standard T1 axial image revealing high signal intra luminal change (cres-
cent) as compared to low signal in the lumen itself. This is more diagnostic of
a dissection within the vessel wall.
Figure 3. Graph of peak systolic velocities recorded at dissection site from serial
duplex scans.
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supervision and repeat duplex imaging.
He was discharged 14 days after admission and on review at 6
weeks had returned to normal activities with no further deterio-
ration. Follow up MRA and duplex scans at 10 weeks demonstrated
a normal arterial tree in both legs, with no signs of the previous
dissection and no residual stenosis.Discussion
Vascular EDS affects around 1 in 100,000 people and is
associated with an average life expectancy of 48 years.3 It
generally presents in adolescent males as rupture of axillary,
subclavian or femoral vessels. This seems to be related to the
growth spurt occurring during adolescence exerting further
stress to already weakened vessel walls. The prognosis is poor,
with rupture occurring after minor trauma or even spontane-
ously. Operative intervention can be associated with signiﬁcant
complications, with a procedure related morbidity of up to 46%
in some cases.4
In this case, after discussion with several senior vascular
surgeons in the UK, a conservative approach was adopted. He was
eventually mobilized with no progression of symptoms and
subsequently successfully discharged with no further complica-
tions. Follow up imaging found no evidence of the previous
dissection, or any stenosis.
We have found that a period of watchful waiting and observa-
tion, both clinically and radiologically can be useful in the
management of patients who are otherwise stable. If no progres-
sion occurs, gentle mobilisation and return to normal activities can
be adopted.
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